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individual not suffering from the disease, the transfused cells are
destroyed with abnormal rapidity. Excessive fragility of the red
cells may be found in other, apparently healthy, members of the family,
and such individuals may later suffer from fulminating hsemolytic
attacks, sometimes precipitated by pregnancy, or occurring without
known predisposing cause. In the absence of a significant family
history, the condition may be mistaken for an acquired type of
hsemolytic anaemia.
The changes in the marrow and other organs are those found in
any chronic hsemolytic condition (vide supra) and the urine contains
excess urobilinogen. Chronic ulceration of the skin of the leg some-
times accompanies the condition, and is resistant to treatment unless
splenectomy is performed; it is met with also in sickle-cell anaemia.
The spleen is constantly enlarged, but does not often exceed 1,350 g.
(3 Ib.) in weight, and adhesions are usually absent. ]\Iicroscopically,
the pulp is distended with red cells, while the venous sinuses are some-
what collapsed (Fig. 296) ; the degree of iron storage depends on
the amount of blood destruction in progress at the time.
The essence of the disease is an increased destruction of abnormal
red cells by the spleen, and the absence of haemoglobin and methaem-
albumin from the plasma, even in a fn.Imina.ting attack, indicates that
intravascular haemolysis is not a feature of the condition: moreover,
splenectomy leads to disappearance of the excessive red cell destruction
almost at once : the number of red cells and the percentage of reticulo-
cytes return to normal: these favourable effects are usually of a
permanent nature, although the spherocytosis and increased fragility
persist.
(b) Sickle-cell Anaemia. This disease, first recognised in
America, is found only in negroes and those with partial negro ancestry.
It is characterised by the assumption, under certain conditions, of a
peculiar crescentic shape by the affected red cells; such abnormal
corpuscles are known as sickle-cells. It has been found that if a
sealed cover-glass preparation of fresh blood is kept for some hours,
the corpuscles then assume the sickle-form ; the change is associated
with de-oxygenation, and may be hastened by addition of a reducing
agent, e.g. 2-1 per cent, solution of sodium hydrosulphite. In a
community of pure African negroes, this in vitro test reveals the
sickle-cell trait in quite a high proportion (approximately 12 per cent.)
of the population. Family studies show that the trait is hereditary,
and obeys the laws of a Mendelian dominant factor. The great
majority of individuals exhibiting the trait are apparently healthy,
and sickle-forms cannot be demonstrated in freshly withdrawn samples
of blood unless anoxia is first produced by the prolonged application
of a tourniquet. In a small proportion of individuals, however, the
trait is associated with sicMing in vivo, and a chronic ksemolytie anaemia
with the usual characters results (p. 477). Chronic leg ulceration, as
seen in hereditary spherocytic anaemia, is sometimes associated. It